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Onuc 3axBOpIOBaHHS

AyToiMyHHUI renatuT (All') - XxpOHiuHe 3aXBOPIOBAHHS MEUiHKM, LLIO XapaKTepU3yETbCS MiABULLEHVMM
TpaHcaMiHa3aMm CMpPOBaTKM Ta iIMyHOrNobyniHOM G, LMPKYIOIOUYUMKM ayTOaHTUTINAMK Ta iIHGINbTPaLi€to iIMyHHMX
KNITWUH Ha ricTonorii neviHku. Mloro natoreHes 6araTo B YOMY HEBIOOMWM, ane nepenbayaceTbCs ayTOIMYHHA
peakLid, crnpsMoBaHa NPOTY renaToumTiB. BinbLicTh NALIEHTIB MOTPEDYIOTb AOBIYHOIO IMYHOCYNPECUBHOIO
NikyBaHHS, LLO6 3anobirT po3BUTKY KiHLEBOI CTafdii XBOPOOUM nediHky. [icna iHayKUii peMicii KopTrkocTepoigamm
nigTpMMytoda Tepanis a3aTionpuHOM Moxe byTHn edekTrBHOI Y NauieHTiB 3 All Tuny 1, ane ang 6inbLocTi
nauieHTiB 3 AIl TMNy 2 Ta NauieHTIB 3 ayTOIMyHHUM CKnepo3ytounm xonaHritom (ACX) noTpibHa gosrotpmeana
KOMbOiHOBaHa Tepanis a3aTioNPUMHOM Ta HM3bKMMK OO3aMuK CTepoifis. [auieHT, aki He pearyoTb abo He
NepeHoCcaTb Lie CTaHaapTHe NiKyBaHHA, MOTPebyioTb NikyBaHHA iIMyHOOenpecaHTaMm Oopyroi abo TpeTboi MiHil.
MeToto nikyBaHHSA € HopManisaLis TpaHcaMiHas Ta iMyHornobyniHy G npotarom 6-12 micqauis.

[eHeTUKa

[eHeTMUHI BapiaLii MaloTb BIGHOLWEHHSA OO PO3BUTKY Ta NIATPUMKM ayTOiMyHHOI peakuii npu All. Kinbka reris
MOXYTb B3aEMOMIATH, LLOD BM3HAUMTU PU3NK 3aXBOPIOBaHHA | deHoTun. AnenbHi BapiaHTu reHotuny DRB1 B
HLA nokyci nos'asani 3 cnpunHatnmeicTio go All (HLA-DR3 i -DR4 B Esponi i [MiBHiIUHIN AMepunLi). AcouiaLlii 3
OOHOHYKNeoTUAHMMYK nonimopdiamamu B reHax He HLA Takox bynu ineHTUdiKoBaHI, ane ix akTyanbHICTb MEHLL
BM3HaueHa.

KniHiuHa kapTuHa

MauieHTr 3 AIl MOXYTb BYTV 6HE3CUMATOMHUMMK 260 3 LUMPOKNUM | reTEPOreHHUM CMEKTPOM CUMMTOMIB. TakK, y
6inbu Hixxk 20% nauieHTie niguileHmn AJ1T, BUABNEHWIM BMNAAKOBO, MPU3BOAMTL O MOCTAHOBKM AiarHO3Yy, ToAi
ak y 0o 50% nauieHTiB, BiH MPOSABMNAETLCA XKOBTAHMLEIO Ta HE3AYXKAHHAM, e 25% MatoTb UMpPO3 Ha MOMEHT
BCTAaHOBNEHHS AiarHo3y. MiMosipHO, 5-10% BUNafKis MaloTb roCTpUM Tskkuit AlT, WO NpU3BOAWTL f0 rOCTPOi
NeyYiHKOBOI HEOOCTATHOCTI | MOXKe MOTPebyBaTy TpaHCNNaHTaLii MeyYiHKM.

dakTOopu pusunky

YKiHoua cTaThb, iHWI ayTOiIMyHHI 3axBOptOBaHHA y NauieHTa abo y poguuis i reHotunun HLA-DRB1 € pakTopamu
pu3nky po3snTky All. DakTopy HABKONULLIHBOTO cepefoBuLLIa He bynu noe'a3aHi 3 All, ogHaK pi3Hi renaToTponHi
BipyCHIi iHGeKUii Ta nikx 6ynn 3anponoHOBaHi sk NoTeHUinHI Tpurepu All. Yn MatoTb 3HaUEHHSA eHO0reHHI
baKkTopW, Taki Sk FOPMOHaNbHNI CTATYyC, BariTHICTb ab0 AMCHaKTepio3 KULLIEeUHMKa, HEBIAOMO.

CuMmnTOoMM

Hanbinblu yacTMKU CUMNTOMaMU € HydoTa, AMCKOMOOPT y BEPXHIM YUAaCTUHI XXMBOTA, BTOMA, XXOBTAHULIA |
apTtpanria (binb y cyrnobax). Y Bunagkax 3 6inbll NprxoBaHuUM nepebiroM BToMa Moxke ByTV €EAMHUM CUMITOMOM.
Y nauieHTIB, y SKMX BXE PO3BUHYBCS LMPO3 NEUYiHKN, MEPLUVMM CUMMTOMaMM MOXYTb OYTU CYAMHHI 3ipOUKM, acumT
abo BapmMKO3Hi KpOBOTEUI.
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HiarHocTuka

MigBuLLEeHHA TpaHcaMiHas Ta iMyHornobyniHy G Ta BUaBneHHs aytoaHTuTin (aHTuanepHi aHtuTing, ANA, aHTuTina
[0 aHTUreHy rmagknx m'asie, anti-SMA, aHTUTING 0O PO3YNHHMX AHTUTEHIB NEYiHKU/MIALWNYHKOBOI 321031, an-
ti-SLA/LP, a y giTen Ta MONOAMX NALIEHTIB TAKOX MIKPOCOMaNbHI aHTUTINA MPOTU aHTUTEHIB HUPKN/MEUiIHKM

Ty 1anti-LKM-11a aHTuTing o yMTonnasMaTMyHoOro aHTureHy nedidkn anti-LC1) Bka3ytoTb Ha HasgBHICTb

AIl.Y piternoporosi 3HaueHHdA no3unTnBHOCTI ANA, anti-SMA Ta anti-LKM-1 kniHiyHO 3HauyLLi Ipy MEHLLIOMY
pPO3BedeHHi, HiXK y fopocnux. bioncia nediHky noBMHHA ByTK NpoBedeHa ansg aiarHocTukn All, OCKiNbku Oeqki
riCTONOriYHI 3MiHK XxapakTepHi, xoua i He cneundiuni gna All. TMNoBOO riCTONOrIUHOK OCODNMBICTIO € HAABHICTb
iHTepdEencHOro renaTMTy i MOPTaNbHOrro 3aNaneHHsa 3 NePeBaXKHO Ma3MOBUMU KNITUHAMM i NiMOLIUTaAMM.
[OCTpUI BipyCHUI renaTuT, MegmkaMeHTO3HE YpaXKeHHs nediHku, aediumnt anbda-1-aHTUTPUNCUHY | xBOpOoba
BinbcoHa € BaxxnuesuMu andepeHuianbH1MMmM giarHo3amu ang roctporo nepebiry AllT i NTOBUHHI BYTX BUKMOYEHI.
KoykHa anTurHa 3 giarHo3oM All noBMHHA NPOXOAMTM MarHiTHO-pe30HaHCHY xonaHrionaHkpeaTorpadito (MPXTT) B
[0iarHOCTUYHIN pODOTI ANSA CKPUHIHTY CKIePO3YoYOro XONaHriTy.

Autoantibodies

IgG / Gammaglobulins
Liver biopsy

Exclusion of other liver disease

Response to treatment

KoHTponb 3axBoploBaHHSA

LLlo6 BuknunkaTn pemicito All, HeobxigHe nikyBaHHS NPEAHI30NOHOM. Y BaXKKMX BMMNaAKax NikyBaHHS HE MOBMHHO
yekaTn pesynbTaTis bioncii. Y pasi HagiHOoi KNiHiuHOI Ta BioXiMiUHOI BiAMOBIAi Ha MiKyBaHHA CTepoigiaMm
NOOAETHCA MIATPMMKA PEMICIi a3aTIONPUHOM i 3HMXKYIOTb 403K CTepoidis. LLIob yHUKHYTU NOBiYHNX edeKTiB,
MoB'si3aHuX 3i cTepoigamu, byaecoHifn Moxe ByTH anbTepHaTUBOK NPEOHI30NOHY ANd HeLMPOTUUHMX MaLieEHTIB. €
6inblle goceigy 3 byaecoHiooM y JOpOCnMX, HixK Y nediaTpuuHiv npaktuui nauieHTis 3 Al B uinomy, imyHocynpecis
MPOTArOM YCbOr0 XUTTS HeObXiaHa 6inblOCTi NauieHTiB. Lie nepenbadae peTenbHWIM MOHITOPUHI NMaLiEHTIB Ha
npeaMeT HebaxkaHWX ABULL BHACTIAOK iIMyHOCYMPECUBHONO NiKyBaHHS, TaKUX ik MPODBNEMU 3 POCTOM, OXKMPIHHS,
OCTEOMeHIf/0CTeonopo3, Aenpecis, HEMENAaHOMHNM PaK WKIpW, KaTapakTa/rnaykoMa, TOKCUUYHE ypaXkeHH$
KICTKOBOIO MO3KY, iHQeKLi Ta iHLLMX.
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MeHwWwicTb NnauieHTiB byae BiguyBaTn XpoHiuHi All-acouirioBaHi apTpanrii abo BToMu, ane binbwicTb gobpe
NiKOBaHWX NaLIEHTIB byae Be3CUMNTOMHOK | MaTK BIOMIHHMI MPOrHO3, KON BOHM 3HAXOOATLCS B DiOXiMiUHIlM Ta
FICTONOrIUHIM peMicii. Y nauieHTiB 3 UMPO30M CAif CNOCTEpPiraTi 3a YCKNagHEHHAMM, MOB'A3aHMMM 3 LIMPO30M,
OfHaK Yy OeaKMX NaUieHTIB CMOCTEPIraeTbCa 3BOPOTHICTL GiBPO3y NediHKK. [alieHTM 3 4eKOMNEHCOBaHMM
LMPO30M MEUiHKM MOBUHHI BYTY OUIHEHI AN TpaHCnnaHTauii neviHku,

MauieHTaM, 9Ki He BigNMOBiAalOTb 4OCTaTHLO abO HEe MePEHOCATb CTaHAAaPTHE NiKyBaHHS, Chif MPONOHYBaTK
Tepanito apyroi abo TpeTboi NiHii B cnewianizoBaHmx LeHTpax. 3anexHo Bif ynogobaHb MiCLEBOrO LEHTPY,
npenapaTtamu, O BUKOPUCTOBYIOTbCS, € MEPKANTOMYPUH, MikodeHonaTy MopeTusn, TakponiMyc, iHbnikcrmao,
PUTYKCMMAD, UMKNOCHOPUH, iHribiTopy MTOR Ta iHLWI.

BakumHaLig noBMHHa b6yTH 3anpoOnoHOBaHa NaLieHTaM BignoBigHO OO HaLiOHanNbHKX Nporpam BakumHauii. OgHak
nporpamMa Moxke ByTu CKOPMUroBaHa, OCKINbKM BiAMOBiAb MOXe BYT1 AOCTaTHBbOD, AKLLO BaKLMHALA BBOOUTHCS

nig Yac NigTpPVMyYOoi Tepanii. PEKOMeHOOBAHO iIMYHI3aLLItO MPOTK BIPYCHOIO renatmnTy A Ta LLOPIYHY BaKLMHALIO
NpOTY rpuny. AKLWO BaKLUMHALIS MPOTU renatuTy B He € YaCTMHOK HaLioHanbHOI NPOrpaMm BakUMHaLii, nauieHTam
TaKOX CNif 3anponoHyBaT Lie. Moxe 3HagobuTnca nepesipka BignoBiai aHTUTIN. 3aranoM, BakUMHaLLO XKMBUMM
ocnabneHMM BakUMHaMKM CNif YHUKATW NauieHTaM, aki nepebyBatoTb Mifg iMyHOCYNPECUBHUM MiKyBaHHSM.

YcknagHeHHa

[MauieHTn, aKi He pearytoTb afekBaTHO Ha MiKYBAaHHSA, PU3MKYIOTb MPOrpecyBaTyt 4O LMpPO3y. Y NauieHTIB 3
LMPO30M Chif MPOBOANTM CTAHAAPTHUI CKPUHIHT Ha renaTouentonapHy kapumHomy. MNobiuni edekTn, nos'a3aHi 3
IMyHOCYMPECUBHWM MIKYyBAHHAM, CIIf PErYNAPHO MEPEBIPATU.

AyTOiMyHHUM renaTtuT y giten Ta nigniTkie
All" MOXe BVMHMKaTK B OyOb-aKilt BIKOBIN rpyni, HaBiTb B AUTUHCTBI. [liarHo3 Moxe ByTu BUKITMKOM:
* [Mepebir All yacTo BinbL arpecuBHUM, HiXK Y [OPOCHMX,

* [MprbnusHo koxkHa n'aTa gutuHa 3 All Ma€e ayTOiIMyHHI 3aXBOPIOBaHHS, Taki K 3amnanbHi 3aXBOPIOBaHHS
KnuwkiBHKKa (33K), ueniakisa, 3axBoptoBaHHS LLMTOMNOAIOHOT 3an031 abo peBMaTUUHI 3aXBOPIOBAHHS.

« CuHapoM nepekputTa Mixx AllT i ckneposyoumm xonaHritom (Ta 33K) 3ycTpivaeTbes yacTille y OiTen, Hix y
nopocnnx. KoxxHa antmnHa 3 giarHo3om All nosrHHa npont MPXIT B giarHOCTUYHIN poDOTI

¢ [liarHOCTMYHI TUTPM ayTOAHTUTIN YaCTO HUXKUI, HiXX HeEODXiaHI ana giarHocTnku Ally fopocnumx, i Tomy
OIarHOCTUYHI KpUTEPIT BIOPI3HAIOTLCA MIXK OOPOCIUMUK Ta OITbMU.

« AyToaHTuKTINg, KpiM SMA, vacTiwe 3ycTpivatoTbesa y gitent i nigniTkie (aHTn-LCTi LKM-1), Tak 3BaHnm All Tuny 2

* bioncia neuiHkn yacTo Mae BinbLL 3MilllaHy riCTONOriIYHY KapTUHY

JlikyBaHHA AiTen Ta NignitkiB xBopux Ha All BigpizHaeTbCs:
« [lnTuHa pocTe, Le HeobxigHO BpaxoByBaTW, KON PO3PODNAI0TLCA CTpaTerii NikyBaHHS.
* [1oBiuHi edbeKTn MOXYTb BYTU Pi3HMMIK B MOPIBHAHHI 3 JOPOCTMMM

* [CHyE 3HaUHMI LLIaHC peunansy, 0COBNMBO B NiANITKOBOMY Billi, i Lie YaCTO MOB'A3aHO 3 HEMOCNIAOBHICTIO.
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Y NigniTKiB HENOCNIAOBHICTb MOXE BYTWN BENMKOIO MPOBIEMOIO, LLIO BUMArae MiXaMCLUUMNIHAPHOIO Niaxoay
nikapie, NapamMenurkis Ta NCUXONOTiB, 3HAaMOMKX 3 OMMFA0M 3a NigAITKaMK Ta MONOANMKU QopoCnMK. [lepexigHi
nporpamu, aKi BKIOYaloTb OCBITY AiTEN/NianiTkie, MOBMHHI po3noyaTnca skomora weunaule, wWob oonomMorti im
afjanTyBaTMCS 40 AOrAsAy 32 AOPOCIMMMK, @ TaKOX B3ATK Ha cebe BiAnoBiganbHICTb 3a BNacHe 3axBOPIOBaHHSA Ta
MIHIMI3YBaTV PU3MK PELMOMBY Yepe3 HEMOCNIOOBHICTb.

HeobxigHO NpuainnTn ocobnmey yBary acnektam NpoBeAeHHd OiarHOCTUUHMX OOCNIXKEHb Y AiTeN Ta NianiTKiB,
TaKUX AK:

« bioncia neuiHkn NoTpebye 3aranbHOI aHecTesii/cenalii

« MPXTTI noTpebye aHecTesii/cenaulii y giter Monoaworo Biky, K Npasunio, 4o 6-7 pokis.

3aBepuleHHst OCHOBHOI MpOorpamu BakuUMHaLii Ta cneuedidHi Ans 3axBOproBaHHA pekoMeHaalii Woao iMyHi3aui
niter Ta nigniTkie B yMoBax iMyHOCYNpPeCcmHBHOI Tepanii noTpebytoTs crewianbHoro BBeaeHHs.

TaknMM UMHOM, 0OTNAd 33 AiTbMM Ta nigniTkamn 3 All NOBMHEH KOOPAMHYBATUCS AUTAYMM renaTonioroM abo
OUTAYNM FraCTPOEHTEPONOroM, AKMIM MPOULLIOB HAaBYAaHHSA B AUTAYIN renaTtonorii.

CPMS

SKLLO BN xoueTe obrosBopuTu nauieHTa All 3 ekcnepTtamum 3 ERN, B MoxeTe 3aBaHTaxk1Tu Bunaakn 8 CPMS: tun:
https:/cpms.ern-net.eu/login/.

CPMS Mae BaxknmBe 3HAYEHHS AN B3aEMOAIT MK MegMuHUMKM NpaUiBHMKAMKM Ta eKCnepTamMm 3 MPUMHATTS
KNiHIYHWX pilleHb i HapgaeTbes €sponencbkim Coto3om ana scix ERN. CPMS nigTpumye MynsTUAMCLUMNNIHAPHI
OHMaMH-3yCTpiUi ANa 06roBopeHHs NauieHTiB 3 AiarHOCTUYHMMK ab0 TepaneBTUUHUMY OnUNeMamiu, aKi
noTpebytoTb ekcnepTHOi koHcynbTauii. CPMS Hapae MOXNMBICTb 3aBaHTa)KyBaTh Ta OOMIHIOBATUCS KNiHIYHMMMN
OaHVMMK NauieHTiB Ta oTorpadiamMm, TakMMM AK ricTONOriyHi cnanam abo MPT-306paxkeHHs. Baxknueo, LWo Le
MOBHICTIO BiANOBIOA€ €BPOMNENCbKOMY 3aKOHOAABCTBY NMPO 3axMcT AaHux. OboB'a3k0BO NOTPIGHO iIHHOPMYBATH
nauieHTis npo CPMS i oTpumMaTh ix iHGOpMOBaHY MMCbMOBY 3rofly Ha BBEAEHHS iX AlaHux B cuctemy (ams. CPMS
MonoxkeHHa Npo KOHGIAEHLIMHICTL, onybnikoBaHe €sponericbkoto koMicieto Bia 14 rpyaHa 2017 poky). Dopma
3rouM AOCTynHa Ha BCix MoBax €C Ha CPMS.
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